A 71-year-old lady, who enjoyed good past health, presented to the emergency department for sudden onset of epigastric pain radiating to back. Urgent computed tomography (CT) scan of thorax and abdomen with intravenous contrast was performed.
Answers
1. There is an eccentric crescent-shaped thickening of the aortic wall extending longitudinally from the aortic root to the infra-renal portion of the descending aorta. No intimal tear is seen and the aortic wall thickening is not enhanced in the contrast CT scan. No pericardial effusion is detected ( Figure 2 
Discussion
Acute aortic syndrome is a clinical condition of severe and tearing chest pain and hypertension. 1 It can be classified anatomically into Type A and B according to Stanford classification. Type A involves the ascending aorta and is limited to the aortic arch, while type B involves the aorta distal to the origin of the left subclavian artery. Acute aortic syndrome consists of 3 distinct pathological conditions including classical aortic dissection (AD), IMH and penetrating atherosclerotic ulcer (PAU). IMH, a condition with localized haemorrhage within the aortic wall, is a unique entity of acute aortic syndrome. In a metaanalysis including 143 cases of IMH, IMH accounted for 5 to 20% of the cases of acute aortic syndrome, while type A lesions was reported in 57% of the cases. 2 The pathogenesis of IMH involves spontaneous r upture of the vasa vasor um of aor ta or an atherosclerotic plaque, 3 and hypertension is the most common risk factor for IMH. 4 IMH is a medical emergency. The typical presenting symptom of proximal IMH is severe chest pain without back pain while patients with distal IMH often complain of back pain with or without chest pain. Chest X-ray is not sensitive to detect IMH. Only around 60% of the cases showed classical mediastinal widening in chest X-ray 5 (Figure3) . CT scan has high sensitivity and specificity to diagnose IMH. IMH exhibits characteristic findings in CT image. The hallmark of CT finding of IMH is an eccentric crescent-shaped thickening of the aortic wall extending i n a l o n g i t u d i n a l f a s h i o n w i t h o u t c o n t r a s t enhancement. AD is distinguished from IMH by the presence of an intimal tear and its spiral course. Atherosclerotic change also causes aortic wall thickening in CT image but it has an irregular contour, in contrast to IMH which is smooth due to its subintimal location. Aortitis is another differential diagnosis of aortic thickening in CT image but it appears as diffuse or segmental circumferential mural thickening with mural enhancement and inflammatory changes in periaortic fats. Aortography is usually not useful to detect and assess IMH as there is no luminal component for IMH. 6 Echocardiography, either transthoracic or transoesophageal, can be used to assess aortic regurgitation and detect the presence of pericardial effusion. According to a multicenter study, aortic regurgitation and pericardial effusion were reported in 26% and 50% of the cases of type A IMH respectively. 5 Type A IMH is associated with high incidence of complications and is an independent predictor of early progression of the disease. Early complications include aortic regurgitation, AD, aortic rupture, cardiac tamponade, and malperfusion causing bowel and limbs ischaemia. 5 Mural thickening of more than 10mm reflects a large amount of intramural blood, which is associated with structural weakening of the aortic wall and has been reported to be a significant predictor for the progression of IMH to AD. 4 In long term, IMH could progress to chronic aortic aneurysm (saccular or fusiform) or pseudoaneurysm. Long-term evolution to aneurysm is related to the presence of existing atherosclerotic disease of the aorta and a greater aortic diameter in the acute phase (more than 45 mm) due to the structural weakness of the media and mechanical stress. 7 A recent study showed that the presence of intimal defects with a depth more than or equal to 5 mm on 64-row multidetector CT scan could be another risk factor for chronic progression of IMH to AD and aortic aneurysm. 8 Type A IMH is associated with high mortality and early complications. Thus, early surgical management is often needed. Ascending aortic graft replacement was performed in the patient. Intra-operatively, a 2 cm myxoma was found in the left atrium accidentally and was excised.
